We report two new unrelated infants with short rib-polydactyly syndrome (SRPS) whose clinical and radiological features overlap the four established forms of lethal SRPS, so that it is difficult to classify them into any one particular type.
Abstract
We report two new unrelated infants with short rib-polydactyly syndrome (SRPS) whose clinical and radiological features overlap the four established forms of lethal SRPS, so that it is difficult to classify them into any one particular type. One of the babies had one of the most radiologically severe SRPS ever published. The fig 1B,D) . In place of the tibia and fibula there was only one very short bone in each leg ( fig  1D) .
Necropsy and karyotype could not be performed. CASE 2 This child (fig 2, tables 1 and 2 ), a female, was the second pregnancy of a G2,P2, 30 year old mother and a 33 year old father. They were healthy and non-consanguineous, even though three of the four grandparents came from the same small village. There was nothing remarkable in the family history except for a brother of the mother who had died shortly after birth of unknown cause.
The pregnancy of the proband was complicated by polyhydramnios, and the mother had mild morning sickness during the first two months. Fetal movements were first perceived at 4 months. The mother had taken mineral and multivitamin supplements from the fourth month to the end of pregnancy and occasionally aspirin. She had one beer and two cigarettes weekly, and one cup of coffee and a soft drink (cola) daily. There were no occupational exposures.
Breech delivery took place spontaneously at 28 weeks of gestation. The baby died two hours after birth. Her birth weight was 1220 g (75th to 90th centile). On physical examination, the infant had a narrow chest, short limbs, postaxial polydactyly of the right hand, and oedema ( fig 2A, table 1 ).
Radiological examination (fig 2B,C, table 2) showed marked shortening of the long bones and ribs and widening of the metaphyseal area with longitudinal spurs (see fig 2D for histology), which were also evident in the ribs and pelvis. The pelvic bones were abnormally contoured. The vertebral bodies were small. The femora were bowed and the tibiae and fibulae were equally short. Corticomedullary differen- group 
ef. (fig 2B) . The cranial base was shortened.
Necropsy showed mild dilatation of the cerebral lateral ventricles, hypoplastic lungs, VSD, and hepatic fibrosis. There were also glomerular and renal tubular cysts, existing multiple visceral microhaemorrhages, and hyaline membrane disease.
Chromosome study performed on cultured skin fibroblasts showed a normal female karyotype, 46,XX.
This couple had a normal child who had been born one year before the proband, but we are aware that, more recently, they have had another infant with the same clinical appearance as the proband, also diagnosed as having SRPS (J I Rodriguez, personal communication).
Discussion
It has become apparent that there is an important overlap in both the clinical and radiological findings of the different types of lethal SRPS,5691' including the Majewski syndrome (type II SRPS), which had generally been considered to be easily distinguishable from the other types.'7-'9 In 1991, Yang et al'2 stated that the Beemer-Langer SR(P)S shows clinical and radiological characteristics that allow it to be distinguished from the others as type IV. However, Hennekaml" considered that in some cases it is very difficult to distinguish BeemerLanger SR(P)S from type II (Majewski) . In a recent report8 we described two cases whose features overlapped all four types of lethal SRPS, and who also presented the most severe brain anomalies reported so far, such as anencephaly. One of the cases had an older sib who was also affected and these two sibs presented different clinical and radiological characteristics that were compatible with the Majewski type in one and with the non-Majewski SRPS type in the other; moreover, there was an older sib with anencephaly. Our conclusion was that, rather than representing new types of SRPS, these cases support the idea of a continuous spectrum which could include all the types of SRPS. 
